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Abstract
Background: Fibromatosis or desmoid tumor covers a broad spectrum of benign fibrous tissue
proliferations. It is characterized by infiltrative growth and a tendency towards recurrence;
however, unlike sarcoma, it never metastasizes.
Case presentation: We report on a case of extraabdominal fibromatosis originating from the
retroperitoneal space in a 43-year-old woman. Seven years earlier she had undergone ureterolysis
and ureteroureterostomy for ureteral obstruction. Computed tomography revealed a tumor
between the iliocostalis and the psoas muscle. Histopathological evaluation revealed uniform
proliferation of spindle cells, with a moderate amount of collagen fibers, suggesting extraabdominal
fibromatosis (desmoid tumor). The tumor was surgically resected, and since then, the patient has
remained asymptomatic without any restrictions of daily living activities and without any signs of
tumor recurrence during the two-year follow-up.
Conclusions: Complete resection is the treatment of choice. Adjuvant therapy using non steroidal
anti-inflammatory agents, tamoxifen, interferon, anti-neoplastic agents, and radiotherapy, either
alone or in combination finds application for unresectable or recurrent cases.
Background
The term "fibromatosis" covers a broad spectrum of
benign fibrous tissue proliferations, the biological behav-
ior of which is similar to both benign fibrous lesions and
fibrosarcoma. Like fibrosarcoma, fibromatosis is charac-
terized by infiltrative growth and a tendency towards
recurrence; however, unlike sarcoma, it never develops
metastasis [1]. Therefore, the most important strategy is to
prevent direct invasion into adjacent tissues. Extraabdom-
inal fibromatosis principally originates from the connec-
tive tissue of muscles and the overlying fascia or
aponeurosis. It may occur in a variety of anatomical loca-
tions, including the muscles of the shoulder, the chest
wall and back, thigh, and head and neck. However, soli-
tary occurrence is rare in retroperitoneal space [1,2]. Here,
we report on a case of extraabdominal fibromatosis in the
retroperitoneum. Resection was successfully performed,
and the patient has been tumor-free for two years after
surgery.
Case presentation
A 43-year-old woman with a history of schizophrenia
since 1982, and a history of hospitalization to help the
patient to acquire social communication abilities, at the
age of 23 presented with slight pain on her left flank and
back. In 1995, she was treated with ureterolysis and
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ureteroureterostomy because of left-sided ureteral
obstruction. Histological evaluation of the biopsy
revealed benign fibrous tissue proliferations; however, no
further evaluation and surgical excision was planned as
her mental state was deteriorating. She was put on regular
follow-up with computed tomography (CT) scans. In May
2002, she was referred from the psychiatric hospital to our
Department of Urology, as the tumor tended to grow. CT
scan with contrast enhancement revealed a tumor located
between iliocostalis and psoas muscles in retroperitoneal
space. The peripheral part of the tumor was enhanced,
while the central part did not. The left paravertebral mus-
cles around the tumor showed atrophy. The medial mar-
gin of the tumor was deformed by a left transverse process
of the second lumber spine, suggesting invasive behavior
(Figure 1). Coronal magnetic resonance imaging (MRI)
demonstrated the tumor to be located beneath the left
kidney. The central part of the tumor was found to be of
iso/low intensity in the T1-weighted phase and of hetero-
geneously high intensity in the T2-weighted phase. The
marginal part showed very low intensity in both phases
(Figure 2). In May 2002, needle biopsy was performed
and revealed that the tumor consisted of well-proliferated
spindle cells rich in collagen fibers, an observation that
was inconsistent with the histological pictures made in
1995. In June 2002, resection was performed using a par-
aspinal approach. Although the tumor strongly adhered
to adjacent tissues, including the urinary tract and perito-
neum, it was marginally resected, including paravertebral
muscles and part of the spine. As the kidney was less
affected by the tumor, ablation posed no problem. On
gross examination, the cut surface appeared homogene-
ously gray and glossy (Figure 3). Histologically, a uniform
proliferation of spindle cells with a moderate amount of
collagen fibers led to a diagnosis of extraabdominal
fibromatosis in the retroperitoneal space (Figure 4). No
adjuvant treatment was given and during the two years of
Contrast enhanced computed tomography showing the tumor location between iliocostalis and psoas muscles in retroperito- neal space Figure 1
Contrast enhanced computed tomography showing the tumor location between iliocostalis and psoas muscles in retroperito-
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Coronal magnetic resonance imaging demonstrating the tumor beneath the left kidney Figure 2
Coronal magnetic resonance imaging demonstrating the tumor beneath the left kidney.World Journal of Surgical Oncology 2004, 2:33 http://www.wjso.com/content/2/1/33
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follow-up, the patient has remained asymptomatic, with
no restrictions of daily living. There were no clues as to
recurrence of the tumor in computed tomography.
Discussion
Extraabdominal fibromatosis may occur in a variety of
anatomic locations; the principle sites of the involvement
are the shoulder, chest wall and back, thigh and head and
neck. Origin of extraabdominal fibromatosis from any
mesenchymal tissue is now well recognized [1,2]. Several
authors have reported retroperitoneal fibromatosis in
patients with familial adenomatous polyposis (Gardner
syndrome) [2,4-6], however, solitary occurrence of
fibromatosis is very rarely reported [1,2,7-9].
Our patient did not have a family history and upper gas-
trointestinal endoscopy, colonoscopy, or opthalmoscopy
were normal suggesting that our patient may be negative
for the syndrome. The exact histological origin of the
tumor remains to be verified. The findings of CT suggested
an origin from paravertebral muscles. Interestingly, this
assumption was corroborated by a computed tomography
performed in April 2000, which revealed that the previous
tumor was located intramuscularly
Gross appearance of the resceted tumor Figure 3
Gross appearance of the resceted tumor. The cut surface homogeneously appears gray and glossy.World Journal of Surgical Oncology 2004, 2:33 http://www.wjso.com/content/2/1/33
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Principally, complete resection is the therapy of choice for
this type of tumors [10]. Adjuvant therapy using non ster-
oidal anti-inflammatory drugs (NSAIDs), tamoxifen,
interferon, anti-neoplastic agents, radiation, and a combi-
nations of these, have been reported for cases that are dif-
ficult to resect [1], the exact benefit offered by them is not
known due to thin literature. Radiation therapy is
accepted as an effective treatment after incomplete resec-
tion [11,12]. Recently, preoperative radiotherapy was
reported to be useful for the local control [13].
In our case the tumor detection was delayed because the
psychiatric status of our patient which has been unstable
for several years. As wide resection of the tumor reduces
the risk of recurrence, an early diagnosis is required for
this type of tumor, which is difficult as most of these
patients are asymptomatic. While the silent area contains
several vital organs, extraabdominal fibromatosis should
be considered for the differential diagnosis for such a
lesion.
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Photomicrograph showing the tumor composed of uniform spindled proliferation with moderate account of collagen fibers  (hematoxylin and eosin ×400) Figure 4
Photomicrograph showing the tumor composed of uniform spindled proliferation with moderate account of collagen fibers 
(hematoxylin and eosin ×400).Publish with BioMed Central    and   every 
scientist can read your work free of charge
"BioMed Central will be the most significant development for 
disseminating the results of biomedical research in our lifetime."
Sir Paul Nurse, Cancer Research UK
Your research papers will be:
available free of charge to the entire biomedical community
peer reviewed and published  immediately upon acceptance
cited in PubMed and archived on PubMed Central 
yours — you keep the copyright
Submit your manuscript here:
http://www.biomedcentral.com/info/publishing_adv.asp
BioMedcentral
World Journal of Surgical Oncology 2004, 2:33 http://www.wjso.com/content/2/1/33
Page 6 of 6
(page number not for citation purposes)
helped with the preparation and editing of the manu-
script. TH coordinated and drafted the manuscript. All
authors read and approved the final manuscript.
Acknowledgements
Written consent was obtained from the patient for publication. We thank 
Mr. Bernd Wuesthoff for editing the manuscript.
References
1. Weiss SW, Goldblum JR: Fibromatosis. Soft tissue tumors Edited by:
Weiss SW, Goldblum JR. St. Louis, Mosby; 2001:309-346. 
2. Campanacci M, Enneking WF: Aggressive fibromatosis. Bone and
soft tissue tumors Edited by: Campanacci M, Enneking WF. Padova
(Italy): Springer Verlag; 1999:925-936. 
3. Cleeve LK: Retroperitoneal Fibrosis, Tumors, and Cysts. Uro-
logic Surgery Edited by: Glenn JF. Philadelphia, Lippincott;
1991:404-413. 
4. Gurbuz AK, Giardiello FM, Petersen GM, Krush AJ, Offerhaus GJ,
Booker SV, Kerr MC, Hamilton SR: Desmoid tumors in familial
adenomatous polyposis. Gut 1994, 35:377-381.
5. Heiskanen I, Jarvinen HJ: Occurrence of desmoid tumors in
familial adenomatous polyposis and results of treatment. Int
J Colorectal Dis 1996, 11:157-162.
6. Rodriguez-Bigas MA, Mahoney MC, Karakousis CP, Petrelli NJ:
Desmoid tumors in patients with familial adenomatous
polyposis. Cancer 1994, 74:1270-1274.
7. Goldblum J, Fletcher JA: Desmoid-type fibromatosis.  World
Health Organization classification, pathology, and genetics of tumors of soft
tissue and bone Edited by: Fletcher CDM, Unni KK, Mertens F. Lyon,
IARC press; 2002:83-84. 
8. Pignatti G, Barbanti-Brodano G, Ferrari D, Gherlinzoni F, Bertoni F,
Bacchini P, Barbieri E, Giunti A, Campanacci M: Extraabdominal
desmoid tumor. A study of 83 cases.  Clin Orthop 2000,
375:207-213.
9. Douglas PJ, Antonio NG, Ivy PA: Local control of extra-abdomi-
nal desmoid tumors. J Bone Joint Surg Am 1996, 78:848-854.
10. Overhaus M, Decker P, Fischer HP, Textor HJ, Hirner A: Desmoid
tumors of the abdominal wall:A case report. World J Surg Oncol
2003, 1:11 [http://www.wjso.com/content/1/1/11].
11. Karakousis CP, Mayordomo J, Zografos GC, Driscoll DL: Desmoid
tumors of the trunk and extremity. Cancer 1993, 72:1637-1641.
12. Schulz-Ertner D, Zierhut D, Mende U, Harms W, Branitzki P, Wan-
nenmacher M: The role of radiation therapy in the manage-
ment of desmoid tumors. Strahlenther Onkol 2002, 178:78-83.
13. O'Dea FJ, Wunder j, Bell RS, Griffin AM, Catton C, O'Sullivan B: Pre-
operative radiation therapy is effective in the treatment of
fibromatosis. Clin Orthop 2003, 415:19-24.